Introduction {#sec1-1}
============

Perirectal epidermoid cysts are developmental cysts that rarely present in adulthood and are typically unilobular on imaging. They rarely cause hematochezia as opposed to tailgut cysts. We present a woman with clinical evidence of hematochezia and a bi-lobed cystic tumor on pelvic MRI. We successfully resected the tumor via the posterior approach.

Case Report {#sec1-2}
===========

We report a case of a 58-year-old Spanish woman resident in New York who presented at our facility with complaints of constipation which had worsened over the past 6 months and onset of hematochezia of a 3 days duration. Her past medical history was statistically significant for schizoaffective disorder and gastroesophageal reflux disease.

Clinical examination revealed a healthy middle-aged woman with a body mass index of 28.1 kg/m^2^ and normal vital signs. The only abnormal finding on clinical examination was a palpable circumscribed mass compressing on her rectum by digital rectal examination. Her rectum was also filled with hard, pellet-like feces, and altered blood. Blood electrolytes were normal and complete blood count was also normal. Her admitting hematocrit was 46%, and fecal occult blood test was positive. Alpha-fetoprotein, carcinoembryonic antigen, and ca - 199 tumor markers were all normal. The patient was admitted and serial hematocrit measurements remained within normal limits. An upper gastrointestinal endoscopy on the 2^nd^ day of admission showed gastritis.

Pelvic MRI \[Figures [1](#F1){ref-type="fig"} and [2](#F2){ref-type="fig"}\] revealed a 7.5 cm × 5 cm × 6 cm cystic pelvic mass adherent anteriorly to the left lateral wall of the rectum and also adherent to the sacrum posteriorly. There were compression and displacement of the rectal lumen anteriorly and to the right. There was an absence of the uterus from a prior hysterectomy. There was no pelvic sidewall adenopathy or free fluid in the pelvis.

![Sagittal T2-weighted magnetic resonance imaging showing a giant cystic mass compressing on the rectum and displacing it anteriorly](AMHSR-6-190-g001){#F1}

![Axial T2-weighted magnetic resonance imaging with white arrow pointing to the smaller posterior lobe of bi-lobed cystic mass](AMHSR-6-190-g002){#F2}

The clinical consideration at this juncture was the possibility of a developmental cyst with low considerations for cystic ovarian or rectal neoplasms due to negative relevant symptomatology and negative tumor markers. A colonoscopy revealed a significant narrowing of the rectum with mucosal erythema and inflammation but no active bleeding. There was no evidence of intra-luminal communication of the tumor.

She underwent an elective surgical excision in which the posterior trans-sacrococcygeal technique was utilized. The patient was positioned in the jackknife position, and a midline incision was made over the coccyx and deepened to the bone with resection of the coccygeal bone. The posterior rectal fat was carefully dissected utilizing both blunt, sharp dissection, and the mass \[[Figure 3](#F3){ref-type="fig"}\] was completely excised from surrounding structures. Grossly, the cyst was tan -- colored, weighed approximately 0.8 kg and measured 10 cm × 6 cm × 7 cm in its greatest dimension. It contained a cheesy gelatinous material. Intraoperative flexible proctoscopy confirmed an intact rectum. The surgical wound was closed in layers with a size 10 Jackson-pratt drain left *in situ*. Pathology was compatible with the epidermoid cyst. No coccygeal involvement, no atypia or malignancy was identified on histology. She was subsequently discharged on the third postoperative day following drain removal. The patient remains recurrence-free 1 year postsurgical resection.

![Bilobed, well circumscribed resected perirectal epidermoid cyst measuring 10 cm by 8 cm by 7 cm](AMHSR-6-190-g003){#F3}

Discussion {#sec1-3}
==========

Perirectal epidermoid cysts are a form of congenital developmental cysts that arise from embryonic primordial germ layers in the hind gut.\[[@ref1]\] There is no specific true incidence for perirectal epidermoid cysts; however, an incidence of 1 in 40,000 to 1 in 63,000 hospital admissions has been reported in the literature for presacral developmental cysts.\[[@ref1]\] They are ectodermal in origin and are found in the potential space bounded by the sacrum posteriorly and the rectum anteriorly. The peritoneal reflection forms the superior margins of this space while the levator muscles form the inferior boundary.\[[@ref1]\]

Perirectal epidermoid cysts are typically slow growing masses and very prone to recurrence if not completely resected. The typical picture is an asymptomatic middle-aged woman with the incidental discovery of a cystic pelvic mass on imaging. Symptomatic compression of pelvic structures by the enlarging cyst may result in urinary complaints, constipation or dyspareunia. The hematochezia noted in our patient could be attributed to chronic irritation of the rectal mucosa. This is not surprising considering the statistically significant rectal luminal narrowing and collapse noted on colonoscopy. Multiple forceful attempts at voiding impacted feces through a stenosed rectal lumen could also irritate the mucosa and cause bleeding. Symptoms of dyschezia and hematochezia may also be due to cyst inflammation or infection while patients may also present with complications such as perianal fistulous drainage.\[[@ref2]\] Carcinomatous degeneration is unusual but has been reported in epidermoid cysts.\[[@ref2]\]

Circumscribed unilobular fluid-filled cystic lesions may be seen on ultrasound or tomographic imaging of epidermoid cysts. The cyst presented in this case report was bi-lobed and filled with gelatinous material. Computed tomographic imaging can distinguish between solid and cystic masses and show evidence of adjacent organ, neural or bony involvement -- this is unusual in epidermoid cysts and typically distinguishes them from other developmental cysts.\[[@ref3]\] Contrast-enhanced magnetic resonance imaging is the gold standard for diagnosis with a high sensitivity in determining tumor nature, tumor extent, and local invasion.\[[@ref2][@ref3]\] Tumor heterogeneity on MRI is a typical pointer to malignancy in presacral developmental cysts.\[[@ref3][@ref4]\]

The role of presurgical pathologic diagnosis is controversial. Cystic lesions are typically benign and do not require preoperative tissue diagnosis by either fine needle aspiration or core needle biopsy.\[[@ref1]\] Complete surgical excision is the ultimate aim of management. This may be open or laparoscopic and is dependent on access to the mass, the size and relationship of the cyst with the rectum, surgeon technicality and the possibility of malignancy.\[[@ref1]\]

An open or laparoscopic abdominal approach is often indicated for cysts with a primary intra-abdominal component. Cystic tumors located in the upper rectum and abutting into the abdominal cavity may be surgically resected via an abdominal laparotomy. A combined abdominal-perineal route is indicated for large cysts extending above and below S3 in which complete resection via a strictly perineal approach will be technically impossible. Posterior resection could be utilized for tumors located below the mid-body of S3. Multiple techniques, such as the trans-sacral or para-sacrococcygeal, posterior sagittal, intersphincteric, transsphincteric or trans-sacrococcygeal approaches, have been described. Disadvantages of the posterior approach include limited surgical space and a higher risk of pelvic neurovascular injury.\[[@ref1]\]

The prognosis of resected pelvic epidermoid tumors is good especially when complete surgical resection is achieved, and intraoperative surgical spillage is avoided due to their propensity for recurrence.\[[@ref5]\]
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